(RECEIVED FOR PUBLICATION MARCH 23, 1959) The classical description of Niemann Pick's disease is a disorder of lipoid metabolism, which is believed to occur almost invariably in infancy and to prove fatal within the first two years of life. The following three cases are recorded as unusual examples of the disease in patients, still alive, aged 19, 9 and 10 years respectively. Clkiical mmas Case 1. A girl, aged 19 years, was seen at the age of 3, when her spleen was found to be enormously enlarged and her liver palpable four fingerbreadths below the costal margin. The heart and lungs were normal, and the superficial lymph nodes were not enlarged. There was no abnormal skin pigmentation. A moderate anaemia and leucopenia were present. The platelet count was normal and a bone marrow biopsy did not reveal any abnormal cells. At the age of 7 years a radiograph of the chest showed miliary mottling throughout the lung fields. Repeated tuberculin skin tests were negative. During the next 11 years this miliary appearance was replaced by a coarser mottling and reticulation of most of the lung fields ( Fig. 1) . At (Fig. 3) .
By the age of 7 a peripheral pancytopenia was noted, bone marrow biopsy showed a hyperplastic picture, and the spleen had increased considerably in size. Splenectomy was therefore advised and carried out on July 11, 1956 . At the last follow-up examination on December 2, 1958, the patient, then aged 9 years, had a Hb of 95 %, W.B.C. 10,700/c.mm. and platelets 438,000/c.mm., and felt perfectly well, although a radiograph of the chest at this time showed considerably increased mottling.
FAMILY HISTORY. Pathology of Splenectomy Specimens. The spleen in Case 1 weighed 1,080 g. and in Case 2, 875 g. The pathological findings in both were identical and need not be described separately. Macroscopically the capsule was tense, and on section the pulp was firm and salmon pink in colour (Fig. 4) . The Malpighian bodies and other structural markings were indistinct. Histologically the pulp was packed with large cells 20-40, in diameter (Fig. 5) . A few appeared to lie within the sinusoids, and not infrequently some occupied the centre of the Malpighian bodies. The cells had abundant foamy cytoplasm and rather small eccentric nuclei. A few were binucleated. They stained a delicate pink with H. and E., bright red with Scharlach R, pale blue with Mallory's aniline blue and blue-black with Smith Dietrich (Fig. 6) . Phospholipid estimations were carried out on formalin-fixed material.
METHOD. Fixed spleen in 10 g. portions was homogenized for 10 minutes in 50 ml. 09 % sodium chloride, using a domestic type of homogenizer, and 5 ml. portions of the homogenate were added drop by drop to 50 ml. alcohol-ether mixture (5:1), which was then brought to the boil in a water bottle, made to 100 ml. and filtered.
The filtrate (representing 0-05 g. spleen) was carefully evaporated to dryness in 5 ml. aliquots in tubes marked at 6 ml., 0 5 ml. 60% perchloric acid was added, and digestion allowed to proceed until colourless. After cooling, the contents of the tubes were diluted with 5 ml.
water, when 0 4 ml. 5 % ammonium molybdate and 0-2 ml. 1 % ascorbic acid were added and mixed. The colours of the contents of the tubes were measured absorptiometrically at 700 m. . against that produced in a standard 0.02 mg. phosphorus solution similarly treated. The results are shown in Table 1 . From these findings it is evident that there is a greatly elevated phospholipid concentration in both spleens.
Comment
The occurrence of Niemann Pick's disease outside the period of infancy is exceptional, and for that reason the present cases are of some interest.
According to Thannhauser (1950) , only four verified cases in adults had been reported. Two of these were described by Dusendschon (1872) the hepatic infiltrations may later be assocated with cirrhosis. This was described in both of Dusendschon's cases. However, his patients were alcoholics and it is doubtful which was the decisive factor, as cirrhosis has not been reported in the adult form of Gaucher's disease. With pulmonary, hepatic, splenic and bone marrow involvement in the three present cases it is difficult to envisage the disease being other than progressive. Summry Niemann Pick's disease is generally confined to early infancy, but its occurrence in three patients, still alive, aged 19, 9 and 10 years respectively, is described. In spite of evidence of pulmonary, hepati, splenic and bone marrow involvement, the gneral health of the patients is good. It is possible that the form of Niemann Pick's disease in older subjects may run a chronic and relatively benign course.
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